the lower zone. The X-rays of hands, knees, and elbows were normal. Barium studies of esophagus and echocardiography were normal. Pulmonary function test indicated restrictive pattern with decreased vital capacity, and high-resolution computed tomography (HRCT) scan indicates interstitial lung disease [ Figure 2a -c]. Blood for antinuclear antibody and antitopoisomerase-1 (also called anti-Scl-70) were strongly positive, but anti-ds-DNA, rheumatoid factor, anticentromere antibody, anti-U ribonucleoprotein, venereal disease research laboratory test, and lupus erythematosus cell test were negative. Skin biopsy showed increased connective tissues under the sweat glands, which was consistent with the symptoms of scleroderma.
With these evidence of proximal diffuse sclerosis along with sclerodactyly, positive Raynaud's phenomenon, restrictive lung disease, and markedly raised titer of antitopoisomerase-1 and histopathology favors the diagnosis of progressive systemic sclerosis.
JSSc is characterized by Raynaud's phenomenon (90-95%), diffuse skin involvement, and a microvasculopathy leading to progressive dysfunction of the internal organs. Although JSSc is reminiscent to adult-onset disease, still a number of distinguishing features are extant as JSSc appears to be less severe than adult form because children have less internal organ involvement, less specific autoantibody profile, and a better long-term outcome. [3] Sir, Scleroderma is derived from the Greek words skleros (hard or indurated) and derma (skin). [1] Hippocrates first described this condition as thickened skin. Juvenile systemic sclerosis (JSSc) is a chronic multisystemic connective tissue disorder characterized by symmetrical thickening and hardening of the skin associated with fibrous changes in the internal organs. The epidemiological data regarding incidence and prevalence of progressive systemic sclerosis (PSS) in children is very rare and ranges from 1% to 2% below 10 years. Childhood PSS also has a female predominance of more than 75% and usually begins before puberty. [2] Here, we are presenting a case of an 8-year-old child with sclerosis of the skin associated with mask-like faces, sclerodactyly, Raynaud's phenomenon, and pulmonary fibrosis.
An 8-year-old girl presented with complaints of thickening and tightening of skin since 8 months, which started around her fingers and gradually extended to hands, forearms, feet, lower limbs, face, and back. She gave a history of low-grade fever and shortness of breath on exertion for the last 4 months. Her past medical history was nonspecific without any prior complaints.
On examination, the hands, forearms, feet, and trunk showed hidebound skin. A typical mask-like face, purse string mouth, sclerodactyly with Raynaud's phenomenon, and salt and pepper pigmentation were present over both feet [ Figure 1a -c]. The downward retraction of lower eyelid was absent (Ingram sign) with no ulceration of fingertips.
Routine blood investigations revealed mild anemia and elevated erythrocyte sedimentation rate. X-rays chest shows the bilateral retico-nodular pattern in Progressive systemic sclerosis in a child: A rare phenomenon The international pediatric and adult rheumatologists along with dermatologists proposed the classification criteria for JSSc by Delphi technique to prevent the delayed diagnosis. [4] This criterion includes one major and nine minor criteria [ Table 1 ]. The one major and two minor criteria's are mandatory to ruminate grieve from JSSc as in our patient present (Major criteria -typical skin sclerosis, minor criteria -sclerodactyly, pulmonary fibrosis, and serological positive test for antitopoisomerase-1).
The clinical presentation can be unfamiliar as initial symptoms may be nonspecific such as unexplained fever, fatigue, or loss of appetite. The majority of children with JSSc presents with skin changes (tightening, thinning, or atrophy) of the hands and face and/or Raynaud's phenomenon sometimes difficulty in opening the mouth, tightness, and slimness on the lip skin also seen. Similarly, our patient suffered from skin flattening, slimness, and sclerodactyly. Pulmonary involvement can present with dry cough and dyspnea. [5] Although our patient was asymptomatic, her spirometry shows restrictive pattern and HRCT suggestive of interstitial lung disease. Only half of the patient shows esophageal dysfunction as our patient had no such symptoms.
Various connective tissue disorders such as systemic lupus erythematosus, polymyositis, and dermatomyositis mimic to PSS. These should be differentiated by their particular clinical features and specific antibody positivity. [6] There is no definitive treatment regimen for JSSc, except antifibrotic medication, immunosuppressive agents, and vasodilators; however, therapeutic approaches depend upon whether their disease is in an "active" inflammatory stage or a later "irreversible" with fibrosis without active inflammation. [7] The prognosis in childhood scleroderma depends on functional impairment and the course of visceral organ involvement. Foeldvari et al. have reported that most patients of JSSc show a favorable outcome with better survival rate as compared to their adult counterparts. [8] The occurrence of systemic sclerosis in children is very rare, and the prognosis depends on functional impairment and the course of visceral organ involvement. However, a very high index of suspicion is required for early and prompt diagnosis. Although there is no single therapy for JSSc, still the early diagnosis and therapeutic action can halt the disease progression and curtail morbidity. The close collaboration among pediatricians, rheumatologists, and dermatologists represents an important advance in the management of this disabling condition.
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There are no conflicts of interest. Sir, A ten-month-old male child was brought to the emergency medical services with complaints of multiple asymptomatic annular erythematous rashes over extremities and trunk for one day duration. The parents gave history of fever, vomiting, and bloody diarrhea five days before the onset of the skin rashes. There was no history of abdominal pain, joint pain or swelling, oliguria or hematuria. The parents were looking very anxious and worried but in contrast, the child was active, playful and feeding well. Cutaneous examination revealed multiple annular purpuric targetoid or medallion-like plaques over the face [ Figure 1 ], bilateral arms, legs, and buttocks [ Figure 2 ]. Bilateral lower extremities showed moderate nonpitting edema. General and systemic examination were within normal limits. Provisional diagnoses of acute hemorrhagic edema of infancy (AHEI) and urticarial vasculitis were Acute hemorrhagic edema of infancy: Panicked parents and playful child considered. The skin biopsy taken from the purpuric rash revealed leukocytoclastic vasculitis [ Figure 3 ], and direct immunofluorescence (DIF) was negative. Thus, we diagnosed the case as AHEI and child was kept under observation since the parents were very apprehensive. In one week, all the skin lesions subsided, and the child was discharged without any complication.
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AHEI is an uncommon benign, small-vessel leukocytoclastic vasculitis, which mainly affects male children between six months and two years of age. [1, 2] The exact etiology of AHEI is uncertain. Various triggering factors include viral and bacterial infections especially upper respiratory tract infections, immunization and drugs. [3] In our case, history of fever, vomiting, and bloody diarrhea suggest an episode of prior gastroenteritis.
